Case Report A 50 year old woman was admitted for the further evaluation of episodic right-sided facial weakness, associated with vague head pains. She owing of the palpebral apertures. She was orthotropic in the primary position and did not have diplopia. The oculo-cephalic reflexes on lateral gaze were absent but preserved small amplitude opticokinetic nystagmus (OKN) was found. Up-gaze was normal, but downgaze was impaired although OKN was present. She was unable to converge. She had minimal right facial weakness and was totally deaf in the left ear, but hearing appeared to be relatively preserved in the right ear on bedside testing. The only abnormalities in the limbs were an increase in tone of the right arm, and mirror movements.
The combination of physical signs supported a diagnosis of Wildervanck's syndrome, and an unrelated resolved right hemiparesis secondary to lacunar infarction. A repeat CT head scan did not reveal any change, four vessel aortic arch digital subtraction angiography demonstrated no significant pathology and an echocardiogram was normal. A full haematological and biochemical screen was normal. Pure tone audiometry confirmed complete deafness in the left ear, but also showed mixed high frequency loss in the right ear. A cervical spine radiograph revealed extensive developmental abnormalities in the upper and mid cervical spine extending down to C6 compatible with the KF anomaly. An MRI head scan (fig) showed marked atrophy of the brain stem from the pons to the medullary cervical junction. There was a lesion measuring 1-2 mm in diameter in the pons to the left of the midline consistent with an infarct: the previously observed corona radiata infarct was not visible. The cerebellum was smaller than normal and the fourth ventricle was correspondingly dilated. There was failure of segmentation of the bodies of C3 and C4 with marked basilar invagination more pronounced to the left of the midline with indentation of the atrophied brain stem anteriorly. cross-correlogram peaks were found between left and right hand muscles in normal subjects. The number and time course of the central peaks in the cross-correlograms constructed between the firing of motor units on opposite sides of the body in the patient were similar to those found in cross-correlograms constructed between the firing of motor units from muscles on the same side of the body in the patient and in normal subjects. We concluded that the mirror movements in our patient resulted from motor commands that are distributed to motor neuron pools on the left and right side of the spinal cord via abnormally branched fast-conducting corticospinal tract fibres. The finding of bilateral long latency components of the cutaneous reflex in our patient strengthens the view that these components result from activity in a transcortical reflex pathway. '5 16 
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